Congenital gingival granular cell tumor, or congenital epulis, is a rare, benign, intraoral tumor affecting newborns. Although numerous postnatal cases have been documented, the prenatal diagnosis of such a mass has rarely been reported. We describe a case of congenital epulis discovered at 39 weeks gestation in a fetus whose previous sonogram at 20 weeks, 6 days demonstrated no abnormalities. Prenatal diagnosis of this type of lesion allows for counseling the parents as to the nature and treatment of the abnormality, as well as the potential risk of airway obstruction and intraoperative complications. Planning for delivery at a center equipped to manage and coordinate appropriate care ensures the best possible outcome for the newborn.
Case Presentation
A woman in her 20s, gravida 3, para 1, ab 1, was referred to our Maternal-Fetal Medicine Department by her attending physician after a routine 39week sonogram for estimated fetal weight had revealed a possible intraoral abnormality. A previous 20-week and 6-day sonogram performed in our de-partment had shown no abnormalities, but this evaluation confirmed the presence of a soft-tissue, homogeneous mass protruding from the mouth, appearing to arise from the gum, with no involvement of the tooth buds or maxilla ( Fig. 1 ). It measured 3.1 × 2.1 cm, and the fetus was observed manipulating the mass into and out of the mouth. Normal fetal swallowing, stomach visualization, and amniotic fluid were noted. No other fetal anomalies were appreciated. Differential diagnosis included rhabdomyoma or teratoma.
The infant, delivered by cesarean section two days later, had Apgar scores of 9 at one minute and 9 at five minutes. The mass protruded from the mouth, arising from the alveolar ridge, and showed signs of necrosis ( Fig. 2 ). There was no evidence of airway obstruction, and the infant was pink and active upon oral suctioning. No feeding difficulties were encountered.
Excision of the tumor was performed on the fourth postnatal day, using a CO 2 laser in a handheld pointing device, set at 2 W. The oropharynx, hypopharynx, and larynx were examined using a neonatal laryngoscope. No vocal cord morphology or obvious glottic or supraglottic anomalies were noted.
Histologically, the mass was found to have a polypoid proliferation of benign, thin-walled blood vessels within the stroma, containing polygonal cells with eccentric nuclei and distinctive granular cytoplasm, partially covered by ulcerated benign squamous epithelium, consistent with congenital epulis.
Discussion
Neumann 1 first described congenital granular cell epulis antenatally in 1871. Occurring eight times more frequently in females than males, 2 the cause of this rare intraoral lesion remains unknown. Arising from the alveolar ridge of newborns, most commonly in the maxilla, 2,3 it has been documented both singly and as multiple lesions. Size of the tumor can vary considerably, with reported cases ranging in measurement from several millimeters to 8 cm. 4 It may be broad based or pedunculated and is covered by smooth, nonulcerated mucosa. 5 Possible histological origins of the epulis may include epithelial and undifferentiated mesenchymal cells, pericytes, fibroblasts, smooth muscle, nerve-related cells, and myofibroblasts. 6 It has been suggested to be a nonneoplastic, degenerative, or reactive lesion. 7 All of the cases that have been diagnosed prenatally with sonography have been in the third trimester of pregnancy. It has been suggested that some type of uterine stimulus is responsible for the growth of the tumor, 8 An 8% recurrence rate has been reported in adults, 10 whereas the congenital form has not been shown to recur, even with incomplete resection. 3 Malignant degeneration has been documented only in the adult form, 11 with no female predominance.
The presence of a congenital mass of the oropharyngeal region should include differential diagnoses of teratoma, hemangioma, lymphangioma, neurofibroma, and granular cell tumor. 5 The location and sonographic appearance aid in differentiating these masses. Teratomas often contain calcifications. Hemangiomas arise externally from subcutaneous tissues and may be solid or cystic in appearance.
Real-time Doppler pulsations may be observed. 12 Lymphangiomas are cystic masses found posteriorly on the neck.
Lesions large enough to obstruct fetal swallowing may cause polyhydramnios, 4 but review of the literature shows that an epulis is typically an isolated finding, not associated with other anomalies.
Upon delivery, possible complications include airway obstruction and feeding problems. Coordinating patient care with the obstetrician, pediatric otolaryngologist, anesthesiologist, and surgeon in assessing and maintaining respiratory function is critical in the care of the newborn. Early surgical excision alleviates any feeding problems that may occur, and complete recovery is expected, with no recurrence of the tumor. 3 Unexpected complications resulting from undiagnosed congenital anomalies can have a profound effect on the postnatal course of a newborn. Regardless of having a previously normal examination, a careful and thorough fetal evaluation is re-quired during every obstetric sonogram to diagnose anomalies that may appear later in gestation.
